A 29 year old patient with alpha-1 antitrypam deficiency and bullous emphysema became pregnant against the advice of her physicians. Despite a mid-trimester pneumothorax requiring the insertion of a chest tube, she went on to deliver a healthy child under epidural anaesthesia using a midforceps technique. Vaginal delivery is not necessarily contra-indicated in multiparous patients with bullous emphysema.
Introduction
Alpha-i antitrypsin deficiency was first described in 1963, and most patients with this deficiency will eventually develop emphysema. In a Swedish study,' the onset of dyspnoea in homozygotes occurred at a median age of 40 years in smokers. There are few reports of the outcome of pregnancy in patients with established emphysema. This report documents the successful outcome of pregnancy in a 29 year-old patient with alpha-i antitrypsin deficiency.
Case report
A 29 year old patient presented with a one year history ofprogressive shortness ofbreath on exertion. She had first noticed dyspnoea during the third trimester of a previous pregnancy, but despite a normal delivery and return to prepartum weight, her dyspnoea increased to the extent that she was short ofbreath on climbing one flight of stairs or walking 200 feet on the level. There was no history of cough, wheeze, sputum production or haemoptysis. She had a 10 year history of smoking two packets of cigarettes per day and was the mother of three healthy children. Her mother and sister, both smokers, were said to have 'bronchitis'.
A chest X-ray 3 years before onset of dyspnoea was normal but a repeat film at the time of presentation showed bullous emphysema involving the right lung ( Figure 1 ). Alpha-l antitrypsin level was less than 0.72 ml/min/mm hg (normal 1.4 to 4.2). The actual level was too low to quantitate and phenotyping is unavailable in Atlantic Canada. Ventilation/perfusion lung scanning revealed irregularity in radionucleotide distribution involving both lungs. On the ventilation scan, there were multiple focal filling defects noted in the right upper lobe, right lower lobe laterally, and the left lower lobe. The perfusion scan showed 'matching' defects in these areas and the findings were compatible with multiple bullae involving both lungs. Pulmonary function tests (Table I) indicated severe obstructive impairment with hyperinflation and reduction in diffusing capacity.
The patient was advised against pregnancy and underwent tubal ligation when she later proved to be six weeks pregnant. Prenatal progress was satisfactory until 21 weeks of gestation when she suffered a spontaneous pneumothorax on the right side requiring chest tube insertion. During-her pregnancy, repeated obstetrical ultrasound examinations, pulmonary function tests (Table I) , and arterial blood gas determinations indicated satisfactory progress. Following induction, she delivered a healthy male child under epidural anaesthesia using a midforceps technique. Post-partum progress was satisfactory. Pregnancy and alpha-I antitrypsin deficiency has illogically been compared with pregnancy and cystic fibrosis." These diseases are clearly different clinically and pathologically, and the poor prognosis associated with pregnancy in the latter group (of 129 pregnancies in cystic fibrosis patients, only 86 resulted in viable infants) does not necessarily apply to patients with alpha-I antitrypsin deficiency.
Vaginal delivery is not contraindicated in patients with alpha-I antitrypsin deficiency providing careful monitoring in the antenatal period is undertaken and providing the second stage of labour is managed to reduce markedly the expulsive effort required of the patient.
